CASE REPORT
A 21/2-month-old boy was admitted to the Tokyo University Hospital with the chief complaint of hematopyuria.
His family history was non-contributory. The delivery was uncomplicated and the patient weighed 3.2Kg. at the birth. The mother had some episode of fever and abdominal pain during the second month of pregnancy.
After the birth cyanosis was noticed while crying. At 2 months of age a cardiac murmur was noticed.
The x-ray examination of the chest and * From the Department of Pediatrics , Faculty of Medicine, University of Tokyo, Tokyo. ** From the Department of Pathology , Faculty of Medicine, University of Tokyo, Tokyo.
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Jap. Heart J. May, 1962 ECG examination revealed a possibility of common ventricle. Hematopyuria became better after one week admission and he was discharged.
When he reached 4-month-old, he was admitted again to the Tokyo University, Hospital with the chief complaints of slight edema and dyspnea of a few days' duration.
Physical examination revealed a malnutritioned baby weighing 5.3Kg., and a feeble pulse, tachycardia, cyanosis, dyspnea and slight edema were observed.
Moist rates were heard over the entire lung field and the systolic cardiac murmur of grade 3 was heard at the left lower sternal border.
The chest x-ray film revealed an enlarged cardiac silhuette to the both sides, protruded pulmonary conus and pulmonary congestion ( Fig. 1) . Table I ). The left ventricle, on the contrary, was as small as thumb-tip sized in its cavity (Fig. 3 , b and c). The left atrium was also as small as almost a half of the right atrium.
The striking difference in Jap. Heart J.
May, 1962 Table I Heart Measurements (after fixation) size between the both ventricles made the left appear as an appendage of the right.
The mural endocardium covering the left ventricle and atrium, showed diffuse, gray-whitish discoloration and a marked thickening. It was especially marked in the contracted left ventricle measuring 1 to 3mm. thick and had trabeculated, irregular surface being ill-defined with the underlying myocardium which was not so hypertrophic ( Fig. 3, c) . The endocardium of the left atrium showed a moderate degree of diffuse thickening with relatively smooth surface. On the right side, the endocardial thickening was of much lesser extent and patchy in appearance. The patchy thickenings were disseminated on the moderator band, the papillary muscles and the edge of foramen ovale as well as the trabeculated posterior surface of the right atrium (Fig. 3, a) . Two leaflets of the mitral valve and their chordae tendinae were also involved and appeared slightly thickened and they were in somewhat stenotic condition. The mitral ostium was significantly narrower than the tricuspid one which was markedly dilated.
The cusps of the aortic valve were almost normal in their size and thickness as well as that of pulmonary valve. The foramen ovale was patent about 4mm. in longer diameter, with an efficient valve-like fold of endocardium.
The ductus arteriosus was functionally closed already. No other abnormalities were observed in the heart. Some data from the cardiac measurements were summarized in Table I . Moderate to severe congestion was observed in the lungs, liver, spleen and kidneys.
The thyroid and adrenal glands did not show any gross abnormality as well as other endocrine organs.
Microscopic findings:
The thickened mural endocardium in the left ventricle was composed chiefly of a marked hyperplasia of interlacing bundles of collagen connective tissue (Fig. 4, a) 
DISCUSSION
Congenital mitral stenosis is relatively rare condition. Ferencz44) investigated the reported cases from the literature and decided that the cases considered as truely congenital origin were only 34 cases, and he added his own 9 cases in 1954. A few reports followed Ferencz.45),46) The association of atrial septal defect with the congenital mitral stenosis was found in only 8 cases among the reported 43 cases of Ferencz, and main complication of mitral stenosis was the anomalies of aorta, aortic valve and patent ducts arteriosus.
In Japan, the authors reported 2 cases of congenital Lutembacher's syndrome previously.47) In the most cases of Lutembacher's syndrome the nature of mitral stenosis has been considered to be rheumatic in origin. And true congenital Lutembacher,s syndrome is considered as a rare condition. Congenital mitral stenosis is one of the types of hypoplastic left heart syndrome, and the underdevelopment of left heart is the characteristic finding.
Noonan and Nadas48) reported 101 cases of hypoplastic left heart syndrome over 9 years, in which 5 uncomplicated cases of mitral stenosis were included.
They also reported that 65% of the cases died within 35 days and 82% within 3 months of age.
In the pathological view point, this case had several characteristic features as follows:
(1) The prominent constrictive nature of the endocardium in the left ventricle diminishes expansibility and contractility8),9) of its wall and this, cooperating with some thickening of the mitral valves, can show hemodynamic changes identical to those seen in acquired mitral stenosis. The vascular changes in the lungs, marked dilatation, hypertrophy and fibrosis of the right ventricle and patent foramen ovale may be secondary phenomena resembled with those of mitral stenosis. Absence of a dilated left atrium is due to the involvement of fibroelastic process upon it.
(2) The coexistence of nodular myxomatous tissue and fibrosis in the thickened endocardium suggests that the myxomatous tissue,7) resembled to the embryonic endocardium or a sort of degenerating fibrotic tissue,15) is rather fresh process and the fibroelastosis is a successive sequelae of the former.
If this assumption is correct, the previously asserted explanation based on electron-microscopic findings,10) on the pathogenesis of fibroelastosis which started with superficial deposition of fibrin, can not be applied to this case. afford any dilatation or distension of the wall sufficient to stimulate new formation of elastic tissues.11) Since the prominently dilated right ventricle and atrium had a regular fibroelastosis with the thicker elastic fibers, it is supposed that constrictive endocardial sclerosis with no elastic increase in the left ventricle is not essentially different from the fibroelastosis of dilated type, while the endocardial fibroelastosis can also occur as the secondary change resulting from the primary myocardial disease12),16),21) and the constrictive endocardial sclerosis is always assumed as the primary endocardial involvement, and may be the initial changes of the latter. This indicates that the endocardial lesion in this case might be primary.
Descriptions of the coexistence of the endocardial fibroelastosis and myocardial degeneration have been commonly found in the adult type of fibroelastosis.13), 14) This evidence indicates that the long-persisting circulatory disturbance in the subendocardial muscle fibers, resulting from the stenosing or obstructing Thebesian vessels due to secondary endocardial involvement, were responsible for that of the primary myocardial involvemens12),16),21) and in some cases endocardial fibroelastosis was accompanied with the primary myocardial disease. Anderson and Kelly17) mentioned that the fibroelastosis was commonly conspicuous in congenitally malformed hearts and suggested the pathogenesis of the fibroelastosis as functional or secondary due to partial anoxia resulting from the malformation.
This case had also the patent foramen ovale and slight degree of mitral stenosis as associated anomalies.
Excluding the former, however, the thickening of the leaflets of mitral valve, for its minimal degree, is not assumed as any cause of the endocardial sclerosis in this case.
Moreover, the similar histologic features between the valvular leaflets and the parietal endocardium suggest that the same process involved both of them but in lesser degree in the valves. J ap. Heart J. May, 1962 In 
